age, with n5phrotic syndrome. Clinically, the oedema were variably developed. The most characteristic laboratory data indicated : proteinuria 18-4,s g%, hypoproteinemia, inconstant and moderate hypercholesterolemia, alpha-2 &action increased,up to 33%. In one case,was associated mild hematuria and hypertension. The diagnosis of amyloidosis was relied on renal biopsy(3 cases) and gingival biopsy (1 case). The diagnosis of primary amyloidosis was based on clinical criteria: absence of chronic suppurative infections(tuberculosis, Bronchiectasis,osteomyelitis) accompanying amyloid nephmsis. In one child, the amyloidosis was associated with a pulmonary tumor (bronchogenic dysembryom~Whe site and extent of depots of amyloid in renal tissue was variab1e:initially, in glomerular and tubular basement membrane, subsequently arterio-arteriolar, finally affecting all the glomeruli. The evolution of all cases was progressively rapid(8-14 months) to renal failure.The corticoids were inefficient and the chlorambucil deteriorated the clinical and biological evolution of the illness. A 12 year-old boy was referred for pallor and general weakness for at least six months. Previously the child had been hospitalized at the age of five, for mental retardation and hepato (7cm)spleno(6cm)megaly.At that time, no explanation could be found for the first symptom, whereas all liver function tests gave normal resu1ts.A surgical biopsy was thought to be compatible with the diagnosis of cm. At physical examination,height was 14cm below the 3rd percentile.The boy's vision was very poor. Juxtag lomerular hyperplasia, hypertensive arteriolar changes and nephrocalcinosis hove been reported in CCD. To elucidate the pathophysiology of these chonges we have studied the renal function and histology, and measured the activity of renin, angiotensin II and aldosterone in 19 patients. The older children were earlier treated with a KC1 supplementation, the dose being adiusted to maintain normal serum electrolyte levels. They had high hormone levels and developed extensive kidney changes. Therefore, we instituted substitution with both NaCl and KC1 adjusting the dose to maintain normal blood pH and chloriduria in addition to normal serum electrolvte concentrations. In the patients treated thus from birth renal changes were absent, expect for some glomerulosclerosis, and the hormone levels were normal. Glomerulor destruction may be due to acute juxtag lomerular swelling, because even the slightest infection tends to disturb the balance and causes transitory hypovolemia and high renin levels. The latest biopsies of the older patients show clear improvement during the present treatment.
